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Pabota nocesieHa usyyeHuto Bkiaaga reHa HLA-DRBI* B pa3BuUTHE BPOXIEHHBIX TOPOKOB CepALia
(BIIC). B uccnenoBanue BKIOUYeHO 154 pebeHka ¢ yctaHoBieHHbIM auarHo3oMm BIIC u 103 ycioBHO
3MOPOBBIX AeTeil. B pesynbrate McciemoBaHUsT HE YCTaBIEHO CTaTUCTUYECKM 3HAUMMBIX acCOILMAINiA
C HOCHUTEJIbCTBOM ajuieieil u reHoturioB HLA- DRBI* n pazsutuem BIIC.

Kirouessie ciioBa: BpoxnenHnble nopoku cepnua, HLA-DRBI*, maTepuHcKUe ajuiesin

DOI: 10.31857/S102872210002671-3

ABTOpBI:

Ilenokuna A. B., M. H. c. 1TabopaTOp1K FeHOMHOM MEIUIIMHbBI OT/IE-
J1a 9KCIEPUMEHTATLHOM M KIIMHWYecKoi Kapanoaorun, ®I'BHY
«HayuHo-uccenoBaTeIbCKUii MTHCTUTYT KOMITJIEKCHBIX ITPOOIeM
CepIeyHO-COCYIUCTHIX 3a001eBaHmil», Kemeposo, Poccust;
ITa6anmun A. B., 1.M.H., B. H. C. TabOpaTOPUH KJIIETOYHBIX TEX-
HOJIOTMI OTIejia SKCIEepUMEHTAIbHON M KJIMHUYECKON Kap-
nuonoruu, ®TBHY «HayuHo-uccienoBaTebcKnii MHCTUTYT
KOMITJICKCHBIX TTPOOJIEM CePAeIHO-COCYIUCTHIX 3a00IeBaHU»,
Kemeposo, Poccus;

IImynesuu C. A., 3aBefyroliiasi OTAEICHUEM IeTCKON Kaparoio-
ruu, 'bY3 KO «KeMepoBckuii 061acTHOI KIIMHUYECKUI Kap-
JIMOJIOTUYECKUIT TuciaHcep uMeHn akaaemuka JI. C. bap6apa-
ma», KemepoBo, Poccusi;

IIa6axmuua E. B., 1. M. H., T0oLIeHT, 3aBenyiomast Kadeapoit oTo-
PUHOJIAPUHTOJIOTUY W KITMHUIecKoi nmmyHosioruu [ bOY BITO
«KemepoBckuii rocynapcTBeHHbII METUIIMHCKUI YHUBEPCUTET»
M3 P®, Kemeposo, Poccus;

ITonacenko A. B., K.M.H., 3aBeaylolasi jabopatopueil reHOM-
HOI MEIMIMHBI OTAea SKCIIEPUMEHTAIBHON M KIMHUYECKOM
kapaunosiornn, PI'BHY «HayuHo-ucciaenoBaTebCKii MHCTH-
TYT KOMILJIEKCHBIX MPOOJIEM CepAeUyHO-COCYIUCThIX 3a00J1eBa-
Huii», KemepoBo, Poccusi.

Beenenne. M3BecTHO, YTO aHTEHATAJIBHBIN TIEPH-
Ol Pa3BUTHUS OMpeaeiIIeT BCIO JaJTbHENIIYIO KN3Hb
yeJioBeKa, OCOOCHHO IIepHMOJ PaHHETO IeTCTBA.
CBoeBpeMeHHas] MMMYHO-HEHpO-3HAOKPUHHAs
MepecTpoiika opraHn3Ma MaTepy HeoOXoauMa I
peaau3aluu BCceil mporpaMMbl BHYTPUYTPOOHOTO
pa3BUTHSI, OpTraHO- Y MOP(OreHe3 Ha pa3HbIX 3Ta-
nax oHToreHesa [1]. C 3TUX MO3ULIMIA 3aCTy>KMBaAET
npuctaibHoro BHuManuss HLA-cucTeMbl, KoTopasi,
C OTHOM CTOPOHBI, JETEPMUHUPYET UMMYHHbIE B3a-

MMOJICHICTBUS B CUCTeME «MaTb-3MOPUOH/ILION»,
a ¢ Apyroi, orpaHUYMBAIOT UMMYHHBIE peaKLUuU
Ha KCEHO- 1 3Hgobuotuku. Kpome toro, B opra-
HU3ME MaTepu IIpM HACTYIUICHUM OSpeMEHHOCTHU
NepBbIMU HAYMHAIOT CUHTE3UPOBAThCS aHTUTENA
OPOTUB aHTUTEHHBIX KoMIoHeHTOB HLA 3apoabi-
11a, Hecyuero auieiabHble BapuaHThl HLA otia.
AnTturensl cuctembl HLA 4yepe3 reHbl UMMYHHOTO
otBeta (Ir-reHpl) 00yCIaBIMBAIOT TEHETUYECKYIO
MPEeAPacIIoNOXEHHOCTh K psiay 3a00JIeBaHUI WJIN,
Hao00pOoT, 00ecITeunBaIOT K HUM YCTOHUMBOCTS [2].
benkosrlii cocTaB Kaxknoro antureHa HLLA xonu-
pyetcst coorBeTcTBYtoluuM HLA-reHOM, pacrnoJio-
SKEHHBIMU B CEMMU JIOKycaX 6-if XpOMOCOMBI.

OCoOeHHBII MHTEpeC IPEeacTaBisIeT U3ydeHue
BIMSTHUSI U3MEHINBOCTHY T€HOB, KOOVPYIOIINX aHTH-
rensl HLA-DR. Mutepec Kk HLA-DR cBsi3aH ¢ Tem
(hakTOM, UTO UMEHHOB 3TOI1 00JIACTH JIOKAJIU3YIOTCS
Ir-TenHsbl, a caMu aHTUTESHBI BEICOKO 9KCIIPECCHUPOBa-
Hbl HA MeMOpaHaX MMMYHOKOMIIETEHTHBIX KJIETOK
W SIBJISIFOTCSI UMMYHOT@HHO aKTUBHBLIMU [3].

Jloxyc DRB1 (HLA-DRBI) sBnsieTcsl CTpyK-
TypHoi equHuLeit HLA v otHocuTcs ko I1 knaccy
TE€HOB IJIaBHOTI'O KOMILIEKCa I'MCTOCOBMECTUMOCTH.
T'en HLA-DRBI nan6onee moanMopdeH U B Ha-
cTosllee BpeMsl aKTUBHO BEAETCSI M3Yy4yeHHUE €ro
3HaUYeHUs Is1 (DOPMUPOBAHUS Pa3IUYHBIX IAaTO-
soruii. Tak, B HEKOTOPBIX pabOTax yKe yCTaHOBIIE-
Hbl accouunanuu reHa HLA-DRBI ¢ onpeaeseHHbIM
CeKTpoM 3aboJieBaHmii 2, 3].
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[IpyHyuMasg BO BHMMaHME, YTO pa3BUTHE CEpI-
lla HayMHaeTcsl Ha 5—7 Hemene 3MOpuUOTeHe3a,
TO UMEHHO B 3TOT TEpPUOJ HaOTIOAA0TCS OCHOB-
HbIE HapyILIeHMsI, 00YCIIOBIIEHHBIE KaK CPEeIOBbBIMU
PUCKOBBIMHM (pakTOpaMu (XpoHMYECKHE OOJIe3HH,
KypeHue, aJIKOTOJIN3M MaTepu, 1euiuT hoaueBoi
KHCJOThI COlMabHO-IeMorpacduieckie u Apyrve
daxTopnl) [4], TaK 1 MyTAITMOHHOU M3MEHIMNBOCTEHIO
psina reHOB, aKTUBHO 3KCIIPECCUPYIOLIMXCS HAa BCEM
MPOTSDKEHUW BHYTPUYTPOOHOTO Pa3BUTHS ITLIOAA.
MMMmyHHas 3a111Ta IPOTUB KCEHO- 1 9HA0TepaTore-
HOB netepmunupyercst HLA-DRBI* matepu u TUI0-
na. BHyTpuyTpoOHbIe HapyllIeHUsI pa3BUTHSI CepiLia
y 3apojblilia 00 TJI0[a B JaJbHEWIIEeM MPUBOIST
K (hOPMUPOBAHUIO BPOXKACHHBIX MOPOKOB cepilla
(BITC). IMosToMy M3yuyeHIE UMMYHOTEHETUIECKOMN
COCTaBJISOLIEH, KaK OOHOW M3 BaXXHBIX CUCTEM,
B Pa3BUTUM BPOXKIECHHBIX ITOPOKOB CepLIa SIBJISIETCS
aKTyaJIbHBIM JIJISI COBPEMEHHOI MEIUILINHEI.

Lexp uccaemoBanus 3aKiIodanach B oIpeaese-
HUM OCOOEHHOCTE! BCTPEUaeMOCTH ajijiesieil U re-
HoTtunoB HLA-DRBI1y neteii ¢ BpOXXI€HHBIMU T10-
poKamu cepalia.

Marepuajsl 1 MeTOabl. VccienoBaHue mmpoBee-
HO Ha 0a3e DeaepalibHOTO TOCYIapPCTBEHHOIO OO~
>)KeTHOTO Hay4dyHOro yupexjaeHus «HaydHo-uccie-
JIOBATEJIbCKUII WMHCTUTYT KOMIUIEKCHBIX IIPOOJIeM
CepIeIHO-COCYIMCTHIX 3a001eBaHMi» . KpurepusMu
BKJIIOUEHMSI B ICCJIEIOBaHME ObLJIO HAJTMUKE TUarHo-
3a BIIC, Bo3pact no 10 j1eT, OTCYyTCTBHE XPOMOCOM-
HBIX aHOMAJINi1, OTCYTCTBUE OCTPBIX MH(PEKINOH-
HBIX WJIM O0OCTPEeHUST XPOHNYECKIX 3a00JIeBaHUI
B TeUCHME HE MEHee YeThIpeX Heleslb 10 MOMEeHTa
BKJIIOUEHUS B HccienoBaHue. MccmenoBanue ono-
opeHo JlokanbHbBIM 3TUYeCcKUM Komutetom HUHN
KITCC3. Bce ygacTHUKHM 1OOPOBOJIBHO MOMITACATIA
HMHudopmupoBaHHOE corjiacue Ha yJyacTHe B UcCCie-
JIOBaHUU.

B uccnenoBanue BkiaouyeHo 154 pedeHka ¢ pas3-
JmuHbIMU peHoTuniaMu BI1C, mocTynmBIme B oTie-
nenwue nerckoii kapauonornu 'bY3 KO «Kemepos-
CKMIT 00JTaCTHOM KIIMHWYECKUI KapIUOJIOTMYECKUI
nucnaHcep umeHu akagemuka JI. C. bap6Gapaiia»
¢ 2013 o 2017 rox. ®eHOTUTIHI TIOPOKOB B JTaHHOM
KCCIeIOBAaHUN paclpeneINCh CIeIyIoIINM 00pa-
30M: Je(EeKT MEeXIIPEACePIHON Meperopoaku —y 42
(27,3%) neteit; neeKT MEXKEITyIOYKOBOI Iepe-
ropoaku — y 20 (13%) neTeil; OTKPBITOE OBAJIbLHOE
okHo —y 20 (13%) nereii; Terpaga ®amioy 7 (4,5%)
neteii; npyrue Buabl BITC (emuHBIN Xenymoyek
cepala, TPAaHCIIO3UIIMS MaTruCTPaIbHBIX COCYIOB
U Tak gaiee) y 65 (42,2%) nereit. B rpymnmy cpaB-
HeHus Bouu 103 ycI0BHO 3I0POBBLIX peOeHKA.
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CpenHuii BO3pacT AeTeil UCClienyeMO TPYIIbI CO-
ctaBuia 6 JieT (OT 5 10 8 71eT), KOHTPOILHOM 5 JjieT
(ot 4 no 8 ner).

Y Bcex AeTelt IpoBOAMIICS COOp BEHO3HOM MepH-
(pepryecKkoit KpoBM U3 JIOKTEBOU BEHBI, N3 KOTOPOM
B IaJIbHEHIIIEM MPOBOIUIN BbIICJICHNE T€HOMHOM
JAHK meTopoM (deHOon-x10podOpPMHOI SKCTpaK-
nuu. I'eHOTMIIMpOBaHME MPOBOOWIN IO 14 aje-
aam reda HLA-DRB1 T1LP metonom. Cratuctuue-
CKYI0 00pabOTKy JaHHBIX MTPOBOIUIN MPU MOMOIIU
nakeTa nporpamm Statistica 10.0.

AHaJN3 MOJIO-BO3PACTHBIX XapaKTePUCTHUK IIPO-
BOIWJIM TIPU MOMOIIM OIMCATEeJIbHON CTaTUCTUKU
(MeauaHa u 25 u 75 npoueHTUIn). PaBHOBecue
Xapau-BaitHOepra ornpeaessuin IIpy MOMOIIN KPU-
Tepus xu-kBagpat Ilupcona. JIis oneHKM pucka
BBIYMCJISITIA OTHOCUTEbHBIN pucK (RR) 1 95% no-
BeputesabHbI uHTepBan (CI) mist RR. Paznmuuus
CUUTAIM CTATUCTUYECKM 3HAUYUMBIMU T1pu p <0,05.

PesynabTaTel. B oO01eil cioXHOCTU MpoaHa-
JIM3MpOBaHAa MYTallMUOHHAsl M3MEHUYMBOCTb IeHa
HLA-DRBI mno 14 amnensm (HLA-DRBI*0I;
HLA-DRBI1*03; HLA-DRBI1*04;, HLA-DRBI*07;
HLA-DRBI*08; HLA-DRBI*09; HLA-DRBI*10;
HLA-DRBI*11; HLA-DRBI*12; HLA-DRBI*13;
HLA-DRBI*14; HLA-DRBI*15; HLA-DRBI*16;
HLA-DRBI*17). Onpeaeaviv, 4To ajjiejan U TeHO-
Tunbel HLA-DRBI BcTpedyaroTcst ¢ paBHOI YaCTOTOM
Kak B IpyIlre aeTeid, MMEIOIIUX BPOXIEHHBIE TTOPO-
KU cepilia, Tak 1 B TPYIINe AeTeil KOHTpois. B Toxe
BpeMs, B Mpeablaylleil Halieil padote [5] moka-
3aHO, YTO MMEETCSI acCOLMaTUBHAS CBSI3b MEXKIY
HOCUTENILCTBOM Matepblo anneneit HLA-DRBI*11
n HLA-DRBI*03 n puUCKOM pOXIEHUS pebeHKa
¢ BIIC. CtouT OTMETUTh, YTO JUIIb 22 pebeHKa
(14,3% ot Bcex oOCnemOBaHHBLIX meTeil) u3 154
¢ BIIC, ynacnemoBanu oT marepeit XOTs Obl OnUH
U3 PUCKOBBIX aJIJIEJIEH.

3akmouyenne. Pe3ybTaThl IPOBEICHHOIO HaMM
HUCCIeIOBAaHMS HE ITOKa3a CTaTUCTUYECKM 3Ha-
YMMBIX PA3JIUYUA MEXIY YACTOTOM BCTPEUYAEMOCTU
anneneit u reHotunoB HLA-DRBI B uccienyemoi
1 KOHTPOJIbHOH TpyIie. OCoOOeHHOCTEl pacIipe-
nmeyneHus aieneii m reHotunoB HLA-DRBI y ne-
Teil ¢ BPOXXIAECHHBIMU ITOPOKAMU Cep/lia, OTIIMIHBIX
OT TaKOBBIX Y 37I0POBBIX JIETEli HE OMpeaeTIeHO.

Pabora BeIIToTHEHA TTPU MOAIEPKKE KOMILIEKC-
HOI IIporpaMMbl (pyHIAaMEHTaJIbHBIX HAyYHBIX MC-
cnenosanuii CO PAH B pamkax (pyHIaMeHTaTbHOMN
tembl HUM KITCC3 Ne 546—2015—0011 «ITaTore-
HEeTUYeCcKoe 000CHOBaHME Pa3pabOTKI NMMILIAHTOB
IJIsI CePIeIHO-COCYIUCTONM XUPYPIruM Ha OCHOBE
OMOCOBMECTUMMBIX MaTepuajoB, C peajlu3aluei
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NaluCHT-OPUECHTUPOBAHHOI'O I10JX04a C MCIIOJIb-
30BAHMECM MAaTEMATUYCCKOIO MOACIIMPOBAHMA, TKA-
HEBOM MHXCHEPUU U TCHOMHBLIX IPEAUKTOPOB».
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The work is devoted to the study of the contribution of the HLA-DRBI* gene to the development of
congenital heart disease (CHD). The study included 154 children with an established diagnosis of CHD
and 103 conditionally healthy children. The results of the study showed, what statistically significant as-
sociations with the carriage of alleles and genotypes of HLA-DRBI* and development of CHD were not
established.
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